F Penin' F Bertrand" postulated that vitamin E has an important protective role in mitochondria preventing the unsaturated lipids of the mitochondrial membrane being damaged by free radicals formed during oxidative phosphorylatiorr'". Our patient was a coeliac of 11 years, a poor complier with his gluten free diet and had frequent bouts of steatorrhoea. His vitamin E level during admission was low, 5.6 ngll (normal range 9-14 ng/l).
Lower gastrointestinal haemorrhage has not been described as a complication ofthe brown bowel syndrome. Lipofuscin deposition in vascular smooth muscle has only been occasionally documented", In this case histological sections through the mesentery revealed accumulation of lipofuscin in smooth muscle of the wall of the arteries and veins and it can be postulated that it is this defect in vascular smooth muscle that allowed massive haemorrhage to occur and continue.
In conclusion, while the brown bowel syndrome is rare it may present with massive lower gastrointestinal bleeding 5 q. Syndrome and monoclonal gammopathy with a1 antitrypsin deficiency C JeandeP J P Aymard" R L Hofmann" M George" M J Gregoire-G Cuny' CHU Nancy, Brabois, 54500, Vandoeuure Las Nancy, France, lSeruice of Internal Medicine B, 2Regional Blood Transfusion and Haematology Centre, 3Department ofBiochemistry and St Charles Hospital Keywords: myelodysplastic syndromes: dysgammaglobulinaemia; "'I antitrypsin
We describe a patient who presented with 5 q-syndrome, monoclonal gammopathy of undetermined significance (MGUS) and a l antitrypsin (a l AT) deficiency and discuss the possible relations between these three abnormalities. To our knowledge this is the first such case in the medical literature.
Case report
An 86-year-old woman in previous good health was admitted to the hospital due to excessive fatigue. Physical examination was unremarkable. She denied any significant alcohol intake and did not smoke but there was a possible exposure to benzene. Routine blood tests disclosed a macrocytic anaemia (Hb: 9 gldl, MCV: 113 fl), white count of 2.3x10 9 /L (20% polymorphonuclear cells, 78% lymphocytes and 2% monocytes) and a platelet count of 220x 1Q9/L. Plasma B 12 , folate, and red cell folate were within normal limits. Serum calcium concentration was 2.12 mmolll. Liver function tests were normal. Serum protein electrophoresis showed sediment in gammaglobulin band and a marked decrease in the a l globulin band. An immunoelectrophoretic study detected an IgM monoclonal protein with kappa light chains. Quantitative immunoglobulin assays were IgG: 13.3 gil (normal, 7 to 16), IgA: 2.43 gil (normal, 0.9 to 3.3) and IgM: 8.29 gil (normal, 0.5 to 2.5). There were no osteolytic bone lesions on roentgenograms. The bone marrow aspirate was normocellular and showed a normal granulocytic series (42%) with 3% myeloblasts. The erythroid series was decreased (GIE ratio of 5.6) with evidence of disordered maturation and dyserythropoiesis. Among red cells, the proportion of sideroblasts was 35% with absence of ringed cells. A plasma-lymphocytic infiltration was apparent (lymphocytes: 40%, plasmacytes: 5%). The most striking finding was the occurrence of numerous unilobular nucleated megakaryocytes. The karyotype performed on bone marrow cells showed deletion of the long arm of chromosome and therefore one must seek and treat vitamin E deficiency in conditions causing malabsorption in an effort to prevent this condition. and protease inhibitor typing showed the homozygous ZZ phenotype. Family history was negative for liver and pulmonary diseases. The patient had no significant history of pulmonary disease and no emphysema on thoracic CT scan. A liver biopsy was not performed.
Discussion
The 5 q-syndrome is a distinct myelodysplastic syndrome (MDS) with macrocytic anaemia, low to normal leukocyte count, normal or elevated platelet count, nonlobulated megakaryocytes, and a rather mild clinical course with only a small chance of evolving into an acute nonlymphatic leukaemia'. It occurs more often in women. The 5q-anomaly occurs predominantly in myeloproliferative disorders. Besides a few observations in solid tumours, this anomaly has also been found in lymphoproliferative conditions/. On the other hand, dysglobulinaemia associated with MDS with 5 q-anomaly is rarely described, except 5 q-syndrome induced by chemotherapy for the dysglobulinaemia". Only five cases have been reported; one case of multiple myeloma" and four cases of MGUS I ,4. The absence of the deleted chromosome in the lymphocytes of the peripheral blood indicates that the anomaly is an acquired one, occurring originally in a bone marrow stem cell. The chromosomally abnormal stem cell is able to follow erythroid, myeloid, megakaryocytic and possibly B lymphocytic differentiation". Thus, the acquisition of a 5 q-clone for myeloid and lymphocytic pathways could lead to simultaneous development ofMDS and MGUS. We cannot rule out the possibility that benzene may have induced 5 q-anomaly. What is more, the association between a l AT deficiency -genetically determined as regards the 0141·0768/91/ 070438·021$02.00/0 © 1991 The Royal Society of Medicine homozygous 'Cl phenotype -and MGUS might just be a casual coincidence. However, at least three hypotheses can be discussed to explain the relationship between MGUS and or l AT deficiency. First, the genes for immunoglobulin heavy chains have been shown to be linked to the locus for or l AT on chromosome 14 6 • Second, or l AT may have a direct effect on immunoregulation and the relation between a l AT deficiency and some immune disorders has already been documented". It is possible that the generalized hyperresponsiveness of the immune pathway in or l AT deficiency could account for the appearance of MGUS through chronic antigenic stimulation. Finally, such chronic antigenic stimulation could be due to subclinical pulmonary or hepatic impairment induced by a l AT deficiency", although our patient did not show any evidence of disease in these systems. Gastrointestinal bleeding is a well documented sequelae of running-e. Occult bleeding has been reported in 8-87% of participants in long distance runninlf-s. Bloody diarrhoea is a rare event" and is probably due to ischaemic colitis secondary to alterations in regional blood flow". We report a female marathon runner with bloody diarrhoea, secondary to ischaemic colitis. Case report A 42-year-old woman was admitted with a 10-day history of bloody diarrhoea, vomiting, abdominal swelling and tenderness. Two days prior to admission she developed generalized abdominal pain and abdominal distension, bloodin her urine, blurred vision, speech difficulties, and her menstrual period was early and heavier than normal. She was not on the contraceptive pill. Her previous history was unremarkable. She was a keen long-distance runner, but had not trained as fully as in the previous year. Three days prior to the onset of her symptoms she had run the Canterbury half-marathon in a personal best time, and had done 50 on a very hot day without any refreshment during the race.
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On examination she was unwell, dehydrated, afebrile, with a pulse of92 of poor volume. Bloodpressure was 160190. Her chest was clear. She had a distended abdomen with generalized tenderness. Liver, spleen and kidneys were not palpated but ascites was demonstrated. Rectal examination revealed fresh blood.Neurological examination demonstrated cerebellar dysfunction.
Investigations: sodium 118 mmol/l, potassium 5.3 mmol/l, urea 60.2 mmol/l, creatinine 479IL1Ilol/l, bilirubin 29~mol /l, albumin 26 gil, haemoglobin 13.3 g/dl, white cell count 32.4xI0 9 1l, platelets 96xI0 9 1l, erythrocyte sedimentation rate 16 mmlh, clotting screen: prothrombin time 17/14, thrombin time 34/35, fibrinogen degradation products >4000~g/ml. Ascitic tap: Heavily blood stained fluid with protein content of 26 gil. Sigmoidoscopy: Normal to 10 cm. CT brain scan: normal. Treatment was started with antibiotics, dopamine, frusemide and clotting factors. Two days following her admission she underwent a laparotomy. The findings were of copious blood-stained ascitic fluid with an inflamed transverse and descending colon. A sub-total colectomy was performed. Histology demonstrated ischaemic segmental colitis (Figure 1) .
Postoperatively her conscious level deteriorated and she developed grand mal seizures following which she was ventilated and haemofiltration instituted. She was eventually discharged with normal renal and neurological function.
